Supplemental figure 1
3

Supplemental figure 3
Normal muscle architecture in the proband biopsy A pathological investigation of the proband muscle biopsy compared to control tissue showed only discrete unspecific changes such as few macrophages (CD68), but no signs of general degenerative or regenerative processes (Neural Cell Adhesion Molecule (NCAM, CD56) and neonatal myosin negative), which are normally associated with general muscle pathology. There was no observable increase in interstitial connective tissue (Gomori trichrome). Moreover, there was no variation in fiber type composition or fiber size and dystrophin staining for N-terminal, C-terminal and rod domains showed normal distribution and localization to the sarcolemma, thus excluding overt membrane defects associated to dystrophin as well. Scalebar: 50 µm, representative for all images. In (a) we observed full-length Macf1 as the top band (black arrow) with a molecular weight higher than 460 kDa. However, since we observed additional various smaller products, we wanted to be certain of the specificity of the band representing Macf1. Therefore we incubated with the immunizing peptide (b) and observed reduction of the top band only. None of the other bands observed in the control lane disappeared upon incubation with the peptide. However, we did see a weak band in both the control and the patient just under the 238 kDa in (a), which appeared stronger after incubation with the immunizing peptide (b) strongly suggesting that this is an unspecific product.
In (c) we observed the expression of β-dystroglycan, which always presents as a full-length product of 43 kDa and an additional break down product. In (d) the western blot for actin is shown and in (e) the western blot for dysferlin is shown which also presents as a double band.
Supplemental video 1
Normal movement behavior of a control worm
This video shows a worm after 72h on a control plate. There are no movement disturbances and the worm moves freely around on the plate.
Supplemental video 2
Distinct movement disturbances following vab-10 RNAi
This video shows a worm after 72h on a vab-10 RNAi plate. The movement disturbances are severe and the worm can only move the head slightly, but fail to move around on the plate.
